B ackground: The diagnostic criteria of Proteus syn drome include various lesions of localized overgrowth such as digital gigantism, hemihyperplasia with unilateral macrocephaly, epidermal nevus, and mesodermal hamarto mas such as lipoma, lymphangioma, hemangioma, or fi broma. Hyperplasia of the plantar dermal tissue may result in a characteristic cerebriform appearance. However, hy poplastic lesions involving various tissues such as subcu taneous fat or muscles also may be observed in this syn drome. This paradoxical phenomenon has so far been underestimated, and the presence of circumscribed le sions of dermal hypoplasia has been entirely ignored.
X-ray films revealed that the second toe had been sur gically rem oved and that the end-phalanx of the remaining enlarged toe had likewise been resected (Figure 4 ) . Hence, the present macrodactyly involved the third toe. On both sides, the plantar connective tissue was increased, resulting in a cerebriform appearance. In patients 1, 2, and 3, a diagnosis of Proteus syn drome could be established with certainty on the basis of other major signs such as macroclactyly, subcutane ous lymphangioma, epidermal nevus, or cerebrifonn plan tar lesions.1'4 In patient 4, however, overgrowth of fatty tissue of the left cheek and ipsilateral megalencephaly were the only additional signs that suggested Proteus syn drome. We propose that the presence of patchy dermal hypoplasia is a further criterion to establish the diagno sis of this phenotype, although in this particular case the absence of clinically recognizable overgrowth of dermal connective tissue makes it difficult to interpret the cir cumscribed dermal hypoplasia as a twin-spot phenom enon.
In previous reports on Proteus syndrome, several au thors have mentioned areas of venous prominence,1,2,4,10 which might be taken, at least in some of these cases, as a feature suggestive of the presence of patchy dermal hy poplasia, although some of these authors have inter preted this finding as a sign of partial absence of subcu taneous fatty tissue.4 On the other hand, the prominent appearance of venous vasculature observed in the areas of patchy dermal hypoplasia should not be confused with the literally prominent and tortuous varicose veins pres ent in telangiectatic nevi as found in Proteus syn drome11 or Klippel-Trenaunay syndrome. 12 Patchy dermal hypoplasia as observed in Proteus syn drome can easily be distinguished from other congeni tal or acquired disorders characterized by a localized ab sence of dermal tissue. In focal dermal hypoplasia (Goltz syndrome), the lesions are not simply patchy but rather distributed in a pattern following the lines of Blaschko, and they tend to show herniation of fatty tissue.13 In Delleman syndrome, the lesions of dermal aplasia usually show a round or oval "punched out" appearance, with out any venous prominence.14 Atrophoderma of the PasiniPierini type is a disease showing prominent cutaneous veins, but this is an acquired disorder that is increasing slowly in otherwise healthy patients. 13 In conclusion, patchy lesions of dermal hypoplasia resulting in a prominent appearance of veins are char acteristic of Proteus syndrome, and this cutaneous sign should, therefore, pay particular attention to the para doxical phenomenon of patchy dermal hypoplasia that may or may not be associated with hypoplasia or aplasia of other tissues such as subcutaneous fat or muscles.
